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SummaηThe patient was a 12-year-old male with Down's syndrome， who underwent 
an artificial anus procedure on the 2nd day of life because of atresia ani， and a radical 
operation for atresia ani at the age of 2 years. Frequent vomiting was often noted from 
immediately after birth and became severe from about the age of 10. Esophagogram and 
esophagoscopy revealed a marked stenosis extending fromthe midportion of the thoracic 
esophagus to its distal portion， and congenital esophageal stenosis was diagnosed. Since the 
stenosis was both long and severe， dilatation with a bougie was judged to be impossible and 
resection of the stenotic portion was performed. Histopathological examination of the 
resected specimen showed that the cause of the stenosis was musculofibrotic thickening. 
Congenital esophageal stenosis due to musculofibrotic thickening is frequently associat目
ed with other congenital anomalies， but association with both Down's syndrome and atresia 
ani has not previously been reported in J apan. Concerning the treatment of mild stenosis， 
dilatation with a bougie or incision of the extramucosal muscles is indicated， but for severe 
stenosis (as in our case) resection of the stenotic portion is necessary. 
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Plate l. Esophagogram showed a marked stenosis 
巴xt巴ndingfrom the midportion of the thor-
acic巴sophagusto its distal portion. 
の食道壁の著明な肥厚が認められた (Plate3). Plate 2. Esophagoscopy showed almost complete 
摘出標本病理所見:H.E染色では筋層の肥厚，錯綜およ stenosis 
Down症候群に鎖紅を合併した筋性線維性肥厚型の先天性食道狭窄症の 1例 (629) 
当託
Fig. 1. A schema of op巴rativ巴 method.After r巴sec悶
tion of the st巴noticportion，a preventive valve 








Plate 3. Macroscopic appearance show巴da marked-
Iy thickness of the esophagus wall. E-C 
junction (↓〕
Plate 4. Histology of the巴sophaguslesion showed a 
significant muscular hypertrophy and ir巴g-
ular arrangem巴ntswith proliferation of 
collagen fibers. 
1861年 Hirshsprungが報告した生後5か月で幅吐を認 合併しやすく，戸谷8)らの報告によると約20%近くに鎖





ている.横山6)らは，狭義の先天性食道狭窄症を1)膜様狭 いものから， 10 cm近くの広範囲に到るものまで様々であ
窄， 2)気管組織迷入による狭窄， 3)筋性ならびに線維性 る9) 食道狭窄症の食道造影では， abrupt narrowingと
組織増生による狭窄に分類した.今回我々の経験した筋 tapered narrowingが特徴的な所見であるが，本症では，





後6か月以内が多く 8)，自験例も出生時より，しばしば幅 窄，狭窄上部食道の著明な拡張を認める 6) 肉眼的には食
吐を認めたということより一致する.また木症は奇形を 道壁の線維性あるいは筋性の肥厚が特徴で，組織学的に
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